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Background:  The paraneoplastic disease POEMS syndrome - polyneuropathy, organomegaly, endocrinopathy, monoclonal gammopathy 
and skin changes - may present to cardiology as idiopathic pericardial effusion, edema and right heart failure.
case:  A 34-year-old man with two years of debilitating polyneuropathy and monoclonal gammopathy presented with progressive lower 
extremity edema, pericardial effusion, and dyspnea. Jugular venous distention and peripheral edema on exam suggested right heart failure. 
Echocardiography revealed mild pericardial effusion without hemodynamic significance, global right ventricle dysfunction, and estimated 
right ventricular systolic pressure of 54 mmHg.
decision Making:  We considered pulmonary hypertension secondary to chronic pulmonary or left heart processes, pericardial constriction, 
restrictive myopathy, or a syndrome capturing the neurologic and hematologic findings. Chest CT and VQ-scan were negative for acute 
and chronic pulmonary thromboembolic disease, respectively. Cardiac MRI suggested an infiltrative process such as amyloidosis. Given 
preserved left ventricular size and function, equal elevations of serum free κ and λ light chains, amyloidosis was felt unlikely and ultimately 
excluded by fat pad biopsy. Normal pericardial enhancement argued against constriction. The patient’s constellation of signs and symptoms 
were instead explained by the POEMS syndrome. Diagnosis was confirmed by markedly elevated vascular endothelial growth factor 
(VEGF) level of 1028 pg/mL (31-86 pg/mL). The patient underwent diuresis, immunomodulatory therapy for monoclonal gammopathy, 
and sildenafil for pulmonary hypertension. With treatment, heart failure and neuromuscular strength improved, and repeat VEGF level 
decreased to 313 pg/mL.
conclusion:  Pulmonary hypertension subsequent to cor pulmonale is common and reversible in the POEMS syndrome. VEGF is highly 
induced, correlates closely with disease activity and mediates microangiopathy, neovascularization, and vasopermeability that contribute to 
multiple clinical sequelae of extravascular volume overload, including pericardial effusion and both pulmonary and peripheral edema.
